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Premature Mortality Due to Congenital Anomalies — United States 


In 1986, as in previous years (1,2), congenital anomalies (CAs) were the fifth 
leading cause of years of potential life lost before age 65 (YPLL). They accounted for 
651,523 or approximately 5.4% of all YPLL (3). 

An examination of detailed mortality data for 1985 from the National Center for 
Health Statistics indicated that agenesis, hypoplasia, and dysplasia of the lung (ICD-9 
code 748.5) were the leading causes of YPLL, accounting for 9.1% of CA-attributable 
YPLL (Table 1). Six types of CAs of the cardiovascular system were among the 15 
leading causes of premature mortality attributed to CAs; hypoplastic left heart 
syndrome was the third leading cause (Table 1). Three chromosomal defects— 


TABLE 1. Years of potential life lost before age 65 due to congenital anomalies, by 
type of defect and race — United States, 1985 


Cause of mortality White Other Total 
(ICD-9) No. (%) No. (%) No. (%) 
Agenesis, hypoplasia and 

dysplasia of lung (748.5) 48,765 (89) 12,903 (9.8) 61,667 (9.1) 
Anencephalus (740.0—-740.2) 39,008 (7.2) 5,733 (4.3) 44,741 (6.6) 
Hypoplastic left heart syndrome (746.7) 35,505 (6.5) 7,725 (5.8) 43,230 (6.4) 
Edwards’s syndrome (Trisomy 18) (758.2) 23,054 (4.2) 5,661 (4.3) 28,715 (4.2) 
Anomalies of diaphragm (756.6) 23,545 (43) 3,831 (2.9) 27,376 (4.0) 
Renal agenesis and dysgenesis (753.0) 22,695 (4.2) 4,421 (3.3) 27,116 (4.0) 
Ventricular septal defect 

(745.3, 745.4, 745.7) 14,903 (2.7) 4,098 (3.1) 19,001 (2.8) 
Congenital hydrocephalus (742.3) 13,369 (2.5) 4,753 (3.6) 18,122 (2.7) 
Patau’s syndrome (Trisomy 13) (758.1) 13,014 (2.4) 3,138 (2.4) 16,152 (2.4) 
Transposition of great vessels (745.1) 12,003 (2.2) 1,442 (1.1) 13,444 (2.0) 
Tetralogy of Fallot (745.2) 10,386 (1.9) 2,519 (1.9) 12,905 (1.9) 
Down’s syndrome (758.0) 8,442 (1.6) 1,772 (1.3) 10,214 (1.5) 
Endocardial cushion defects (745.6) 7,808 (1.4) 2,246 (1.7) 10,053 (1.5) 
Spina bifida (741.0—-741.9) 8,730 (1.6) 1,294 (1.0) 10,024 (1.5) 
Common truncus (745.0) 6,364 (1.2) 1,067 (0.8) 7,430 (1.1) 
Other anomalies 258,200 (47.3) 69,664 (52.7) 327,868 (48.4) 
Total anomalies 545,791 (100.0) 132,267 (100.0) 678,058 (100.0) 
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trisomies of chromosomes 13 and 18 and Down syndrome—were also among the 
leading 15 causes of CA-attributable YPLL. The two major neural tube defects, 
anencephalus and spina bifida, were the second and 14th leading causes, respec- 
tively, together accounting for 8.1% of YPLL attributed to CAs. 

The proportional distribution of CA-attributable YPLL varied by race (Table 1). For 
example, anencephalus and spina bifida accounted for a higher percentage of YPLL 
for whites, while congenital hydrocephalus accounted for a larger proportion of YPLL 
for other races. 

Reported by: Birth Defects and Genetic Diseases Br, Div of Birth Defects and Developmental 
Disabilities, Center for Environmental Health and Injury Control, CDC. 

Editorial Note: As infant mortality due to other causes has been reduced, CAs have 
become the leading cause of infant mortality (4) and are the fifth leading cause of 
YPLL. 

Variation in the proportional distribution of CA-attributable YPLL by race is due to 
several factors, including variations in the incidence of birth defects. For example, 
neural tube defects occur more frequently among whites than among other races. In 
addition, some of the variation for other anomalies may result from differences in 
access to medical care and in the likelihood of medical intervention to correct 
malformations, which in turn affects survival rates. 

YPLL estimates may understate the public health impact of CAs for at least two 
reasons. First, because anomalies in infants who die shortly after birth may not be 
diagnosed, these infant deaths may not be attributed to CAs. Second, because YPLL 
statistics are based only on live births, the impact of CAs may be underestimated 
since a substantial number of fetuses with anomalies are stillborn or spontaneously 
aborted. In addition, because prenatal diagnosis of neural tube and chromosomal 
defects is possible in some instances, pregnancies may be terminated and are not 
represented in the YPLL statistics. 

Improvements in the care of persons with some types of CAs may reduce YPLL in 
the future. However, because many infants survive with irreparable CAs and live for 
decades with disabilities, primary prevention of CAs is the ultimate goal. Primary 
prevention will require further understanding of the causes of CAs. 
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Arboviral Infections 
of the Central Nervous System — United States, 1987 


In 1987, 148 U.S. cases of arboviral encephalitis were reported to CDC (Figure 1). 
Outbreaks of western equine encephalitis (WEE) and St. Louis encephalitis (SLE) in 
the Great Plains and Mountain states resulted in 41 WEE cases (one fatal) and 17 SLE 
cases (7) (Figures 1 and 2). The WEE outbreak led to an epizootic among horses in the 
same region, producing 173 equine cases. LaCrosse virus, the principal cause of 
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Arboviral Infections — Continued 
FIGURE 1. Arboviral infections of the central nervous system — United States, 1987 
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endemic arboviral central nervous system (CNS) infections in the United States, was 
the etiologic agent in 87 cases (one fatal) reported in 1987. Three sporadic cases of 
eastern equine encephalitis (EEE) were reported from recognized endemic foci on the 
Atlantic Coast. 

Western equine encephalitis. The WEE outbreak was first recognized in southern 
Texas with reports of equine cases in April and June (Figure 1). By June, the epizootic 
had spread through the panhandle of Texas, Oklahoma, New Mexico, and southern 
Colorado, and by July, equine cases had been reported from as far north as North 
Dakota (7). From August through October, equine cases were recognized in the 
northwest and in the eastern plains. Equine cases were reported from 120 counties 
nationwide (Figure 2). 

The epidemic began in early July. Initially, cases were reported from southern 
Colorado but eventually were recognized in seven western states. Active hospital- 
based surveillance in Colorado identified cases in 10 counties, for an estimated 
incidence of 1.63/100,000 in the counties reporting cases and 1.03/100,000 statewide. 


(Continued on page 513) 


TABLE |. Summary — cases of specified notifiable diseases, United States 


33rd Week Ending Cumulative, 33rd Week Ending 
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TABLE Il. Notifiable diseases of low frequency, United States 
Cur. 1988 








. Leptospirosis 
15 Plague 
22 Poliomyelitis, Paralytic 

Other 3 Psittacosis 

(Tex. 1) 39 Rabies, human 

- Tetanus (Ohio 1) 

Congenital rubella syndrome 3 Trichinosis 
Congenital syphilis, ages < 1 year 171 
Diphtheria - 














Because AIDS cases are not received weekly from all reporting areas, comparison of weekly figures may be misleading. 
Two of the 48 reported cases for this week was eee from a foreign country or can be directly traceable to a known 
internationally imported case within two generations. 
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TABLE Ill. Cases of specified notifiable diseases, United States, weeks ending 
August 20, 1988 and August 22, 1987 (33rd Week) 
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TABLE Ill. (Cont’d.) Cases of specified notifiable diseases, United States, weeks ending 
August 20 , 1988 and August 22, 1987 (33rd Week) 
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TABLE Ill. (Cont’d.) Cases of specified notifiable diseases, United States, weeks ending 
August 20, 1988 and August 22, 1987 (33rd Week) 
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TABLE IV. Deaths in 121 U.S. cities,* week ending 
August 20, 1988 (33rd Week) 
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*Mortality data in this table are voluntarily reported from 121 cities in the United states, most of which have populations of 100,000 or 


aoe. © death is reported by the place of its occurrence and by the week that the death certificate was filed. Fetal deaths are not 
included. 


**Pneumonia and influenza. 
tBecause of changes in caperine ¢ methods in these 3 Pennsyivania cities, these numbers are partial counts for the current week. 
Complete counts will be available in 4 to 6 weeks 
ttTotal includes unknown ages. 
$Data not available. Figures are estimates based on average of past available 4 weeks. 
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The incidence in North Dakota, which identified two cases through passive surveil- 
lance, was 0.31/100,000. 

More than twice as many cases occurred in males (28) as in females (13); one 
elderly man died. The age- and sex-specific rates in the 10 Colorado counties 
reporting cases were higher in males in every age group (Figure 3). Risk increased 
with age for both women and men; however, male infants were also at increased risk. 

St. Louis encephalitis. Except for one case reported from California, SLE cases in 
1987 occurred in association with the WEE outbreak, although they occurred later in 
the season. The median date of onset of the SLE cases (September 25) was 6 weeks 
later than that of WEE cases (August 11). Twelve of the 17 SLE cases were in males. 

LaCrosse encephalitis. Cases were reported chiefly from the upper midwest from 
states where the disease is endemic (Figure 1). In West Virginia, one fatal case and 
four other cases reported by one Charleston hospital in July prompted an epidemio- 
logic investigation (2 ). Active surveillance of children hospitalized with CNS infection 
in a five-county area of southern West Virginia identified 19 laboratory-confirmed 
cases, for an estimated incidence of 20.4/100,000 children<15 years old. A case- 
control study to examine potential environmental and behavioral risk factors showed 
that more discarded tires containing water were on the premises of patients than on 
those of matched controls. Other peridomestic artificial containers or natural sites 
(treeholes) that could support breeding of Aedes triseriatus, the principal vector of 
LaCrosse virus, were not implicated as risk factors. Neither mosquitoes nor infection 
rates in vectors at case and control premises were enumerated. 

Eastern equine encephalitis. Cases were reported in a 7-year-old boy from South 
Carolina, a 4-year-old girl from Georgia, and a 79-year-old woman from Florida. The 
7-year-old boy died; EEE virus was isolated from his brain, and immunohistochemical 
techniques were used for the first time to demonstrate the distribution of EEE viral 
antigen in infected neurons and mononuclear cells (3). The latter two patients 
recovered but had significant neurologic sequelae. 


FIGURE 2. Human and equine cases of western equine encephalitis, by county, 1987 
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Reported by: RC Baron, MD, Acting State Epidemiologist, West Virginia State Dept of Health. RD 
Hoffman, MD, State Epidemiologist, Colorado Dept of Health. Various other state and local 
health departments. JM Powers, MD, Dept of Neuropathology, Columbia Presbyterian Hospital, 
New York City, New York. L Peterson, DVM, National Veterinary Diagnostic Laboratory, US Dept 
of Agriculture, Ames, lowa. Div of Vector-Borne Viral Diseases, Center for Infectious Diseases; 
Div of Field Svcs, Epidemiology Program Office, CDC. 


Editorial Note: In the western United States, WEE virus is maintained perennially in 
a cycle among birds and Culex tarsalis, the principal mosquito vector of WEE (4). In 
most years, transmission from this enzootic cycle leads to a low level of endemic 
infection in the human population, but periodically, outbreaks of epidemic propor- 
tions occur concurrently with even larger numbers of cases in horses. In 1941, in the 
largest and most extensive WEE outbreak on record, more than 300,000 cases in 
horses and 3400 in humans were reported from the northern plains states and 
neighboring Canadian provinces (5 ). In 1975, a WEE outbreak that focused in the Red 
River Valley of North Dakota and Minnesota resulted in 281 equine and 133 human 
cases (6). 

The 1987 WEE outbreak was epidemiologically typical in several respects. Sixty- 
eight percent of the reported cases were in males; risk of acquiring WEE generally is 
twofold higher in men than in women, probably because men have a greater level of 
exposure outdoors to the rural habitat of Cx. tarsalis. An increased risk of WEE with 
advanced age (seen in the age-specific rates in Colorado in 1987) has been observed 
in most outbreaks. The biological factors associated with increased susceptibility at 
the extremes of age remain undefined. 

Although the apparent northward advance of epizootic WEE activity observed in 


1987 has not been reported in previous WEE outbreaks, a similar pattern occurred in 
the nationwide SLE epidemic in 1975 and in outbreaks of Japanese encephalitis in 
Japan in 1965 (7,8). The progression of virus activity from south to north may have 
reflected a relative delay in the onset of activities of vectors and intermediate hosts 


FIGURE 3. Age- and sex-specific incidence of western equine encephalitis in 10 
Colorado counties, 1987 
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with increasing latitude. Alternatively, an epidemic virus strain may have been spread 
by infected vectors that were carried great distances by northward-moving weather 
fronts (9). 

In the rural western United States, SLE and WEE viruses are transmitted in the 
same natural cycle among birds and Cx. tarsalis, the principal mosquito vector of both 
viruses (4). A relative delay in the appearance of SLE cases is characteristic of 
combined WEE-SLE outbreaks. A slower rate of growth of SLE virus in the vector and 
a dependence of viral multiplication on higher temperatures may contribute to the 
slight but consistent difference in seasonality (4 ). 

The upper midwest has been regarded as the principal endemic focus of LaCrosse 
encephalitis in the United States (10). Population-based epidemiologic studies in 
Wisconsin and Minnesota in 1978 disclosed an estimated incidence of 31.6/100,000 
among children <15 years old (17). Although sporadic cases of CNS infection from 
LaCrosse virus have been recognized previously in southern West Virginia, the area 
was not regarded as a focus with a high level of transmission. The population-based 
estimate of incidence in the five-county area near Charleston was similar to that 
reported from recognized endemic foci in the upper midwest (71,12), suggesting that 
the incidence of LaCrosse virus infection of the CNS may be underestimated in other 
areas of the eastern United States within the range of Ae. triseriatus. 

Although discarded tires have been recognized as an important source of Ae. 
triseriatus, the risks associated with various peridomestic natural and artificial 
containers are unknown (73). The results of the West Virginia study suggest that 
removing discarded tires may be more important as a control measure than removing 
other kinds of containers or filling treeholes. 
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Enterovirus Surveillance — United States, 1988 


CDC received reports of 39 nonpolio enterovirus (NPEV) isolates identified in the 
United States in March through May 1988 from state virology laboratories. Echovirus 
9 was isolated most frequently (nine isolates), followed by coxsackievirus B4 (six 
isolates), coxsackievirus A9 and echovirus 6 (five each), echovirus 11 (three isolates), 
and coxsackievirus B1 and echovirus 3 (two each). 

In 1987, the six most common NPEV isolates were echovirus 6 (169 [16%] of the 
1084 isolates), echovirus 18 (144), echovirus 11 (125), coxsackievirus A9 (122), 
coxsackievirus B2 (83), and echovirus 9 (46). These six NPEV types represented 64% 
of the total enterovirus isolates reported for 1987. 


Reported by: State virology laboratory directors. Respiratory and Enterovirus Br, Div of Viral 
Diseases, Center for Infectious Diseases, CDC. 


Editorial Note: Since 1970, state health department laboratories have submitted 
reports on enterovirus serotypes to CDC approximately 6-8 weeks after each 
specimen is submitted for isolation. CDC’s NPEV surveillance data show that isolates 
from March through May predict the types likely to be isolated in July through 
December, which includes the peak enterovirus season (17). Each year (1970-1983), 
the six most common isolates in March through May accounted for an average of 59% 
of the isolates in July through December. In 1987, they accounted for 50% of the 
isolates in July through December. 

The reports of early 1988 isolates suggest that echoviruses 3, 6, 9, and 11 and 
coxsackieviruses AQ, B1, and B4 are likely to be common NPEV isolates this year. Each 
of the most frequent seven isolates reported in March through May this year, and five 
of the six most frequent isolates reported in 1987, were among the 15 most frequently 
reported isolates for 1970-1983 (7). 

Reference 


1. Strikas RA, Anderson LJ, Parker RA. Temporal and geographic patterns of isolates of 
nonpolio enterovirus in the United States, 1970-1983. J Infect Dis 1986;153:346-51. 


%vU.S. Government Printing Office: 1988-530-111/81522 Region IV 
DEPARTMENT OF 
HEALTH & HUMAN SERVICES 
Public Health Service 
Centers for Disease Control 
Atlanta, GA 30333 




















Official Business 
Penalty for Private Use $300 


A S8106SER 06 8639 


SERIALS ACQUIS O 
UNIVERSITY MteROe etme 
300 NORTH ZEEB ROAD 


ANN AKBORs MI 48106 


HHS Publication No. (CDC) 88-8017 Redistribution using indicia is illegal. 








